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Abdominal pain is a common problem in pediatric practice. Common causes of abdominal pain include enteritis, infection, worm infestation, constipation, 
food allergy, peptic ulcer, and obstruction. Tumors presenting 
as abdominal pain are rare in children. Most common tumor 
masses in childhood are neuroblastoma, Wilm’s tumors, non-
Hodgkin’s lymphoma, germ cell tumor, and hepatoblastoma [1]. 
Gastrointestinal tumors account for 12% of causes of abdominal 
masses of which pancreatic tumors account for 2%. Desmoplastic 
small round cell tumor (DSRCT) is a rare, aggressive malignant 
tumor. There are only a few case reports of involvement of the 
pancreas [2,3].
CASE REPORT
An 11-year-old male child presented with pain in the abdomen. 
The pain was ill-defined, mainly in the upper abdomen, pain was 
dull aching, no radiation. There was no relieving or aggravating 
factor. There were no associated symptoms such as fever, anorexia, 
weight loss, jaundice, urinary complaints, or alteration in bowel 
movements. Examination revealed a lump in the region of left 
hypochondrium extending to the epigastrium. The lump measured 
8 cm × 10 cm and was nontender, firm in consistency, immobile 
and had smooth surface and margins. Systemic examination did 
not reveal any abnormality.
Blood sugar, hemogram, kidney, and liver functions were within 
normal limits. Ultrasound confirmed a well-defined heterogeneous 
mass of 10.4 cm × 7.3 cm × 9.5 cm size containing cystic areas and 
calcification. Contrast-enhanced computed tomography of abdomen 
was suggestive of neoplastic mass arising from the pancreas 
suspected to be pancreatoblastoma with tumor thrombus in superior 
mesenteric vein and portal vein with mesenteric lymphadenopathy 
(Fig. 1). Contrast-enhanced computed tomography of thorax did 
not reveal any metastasis. Bone marrow aspiration was normal. The 
patient underwent open laparotomy with resection of pancreatic 
body and tail and splenectomy and removal of adjoining lymph 
nodes (Fig. 2). Post-operative histopathology findings confirmed 
the diagnosis of DSRCT of the pancreas (Grade 4-undifferentiated, 
pathologic stage pT3).
DISCUSSION
DSRCT has been reported sporadically worldwide after first 
identification in 1989 by Gerald and Rosai [4]. The tumor can 
have various differentiations such as epithelial, mesenchymal, 
or neuronal differentiation; hence, it is difficult to diagnose 
DSRCT even with immunohistochemistry [5]. DSRCT has 
distinct clinical, histologic, and immune phenotypic features, 
which makes it an often misdiagnosed neoplasm of children 
and adolescents. Median age at presentation is 20-30 years 
with male predominance. The tumor cases commonly present 
with abdominal mass. It has a propensity for serosal surfaces, 
especially in the peritoneal cavity and is characterized by the 
presence of large abdominal masses without any obvious organ 
base and widespread peritoneal involvement.
Bisogno et al. [6] reported six cases of children and adolescents 
(median age 14 years, range 6.9-17.5) with DSRCT (5 abdominal, 
1 paratesticular) registered by the Italian Cooperative Group 
for soft tissue sarcoma over a 9-year period. Patients received a 
multidisciplinary treatment, including aggressive initial or delayed 
surgery and radiotherapy. They have reported that patients with 
localized abdominal tumors may have a better prognosis. Bent 
et al. [7] reported a large series of 95 pediatric cases of DSRCT with 
the median age of 15.3 years (range: 0-21). The majority of tumors 
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originated in the abdomen and pelvis (84.4%), and the majority 
of patients had distant metastasis (72.6%). Overall survival at 
5 years was poor (18.1%; 95% confidence interval 10.1-27.9%). 
Radiation therapy was associated with superior survival.
Multidisciplinary treatment including intensive 
chemotherapy, aggressive surgery (>90% resection), and 
adjuvant abdominopelvic radiation with or without myeloablative 
chemotherapy with stem cell rescue has been reported to improve 
survival in DSRCT, although cure remains elusive in widespread 
disease. 3-year progression free survival rates vary from 27% to 
55% [8,9].
CONCLUSION
Our case highlights the importance of careful assessment of every 
child with nonspecific abdominal pain for the presence of a lump. 
DSRCT of the pancreas is a rare malignant tumor which requires 
multimodality therapy.
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Figure 1: Contrast-enhanced computed tomography of abdomen 
showing neoplastic mass in pancreas (arrow)
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Figure 2: Gross morphology of tumor mass in resected pancreatic 
body and tail
